granules and no evidence of an inflammatory process.
Discussion: Diagnoses suggested by the clinical appearances included arthrogryposis and juvenile rheumatoid arthritis. The former is an intrauterine condition present at birth and is not progressive. In the latter carpal ossification is commonly advanced, osteolysis does not result in total disappearance of the bones, and histologically there is lymphocyte and plasma cell infiltration with proliferation of the synovium.
Twenty-four cases of disappearing bones with apparent hmmangiomatous replacement were reviewed by Gorham & Stout (1955) and several further cases have since been reported. In all these the condition has been confined to a single limb. Caffey (1961) , under the title 'Traumatic Carpal Necrosis' illustrates a case in which there is bilateral disappearance of the carpal bones following a wringer injury to one hand. The metacarpals, radius and ulna remain normal, however. A familial example is also presented. Omer & Mossman (1958) , under the title 'Bone Agenesis' describe a 26-year-old woman with absent carpal and tarsal bones, peg-like proximal metacarpal ends and short ulnae. The radiological appearances could well represent the late stages of the condition shown here. Significantly, one of this woman's three children is similarly affected. Another familial example is recorded by Thieffry & Sorrel-Dejerine (1958) who describe five members of a family covering three generations who were shown to have partial or complete disappearance of the carpal and tarsal bones. In some the condition is unilateral; raised serum levels of calcium phosphorus and alkaline phosphatase are reported and the disorder appears to be self-limiting. Unilateral carpal disappearance in association with renal failure is described by Derot et al. (1961) . A strikingly similar case to the present one is reported by Marie et al. (1956) with bilateral carpal and tarsal disappearance and marked erosion of the metacarpals and distal ends of the radius and ulna. A follow up of this same case at the age of 21 is given by Mahoudeau et al. (1961) : she had then developed malignant hypertension with acute left ventricular failure and uriemia. The nature of the renal disease is not stated though the possibility of nephrocalcinosis is raised.
In common with other reports, our investigations have not contributed to an understanding of this condition, which does not seem to have been previously described in this country. Derot M et al. (1961) He is the first child of healthy parents and was a premature delivery (32 weeks), birth weight 3 lb 15 oz. Initially in hospital he was fed on expressed breast milk but was changed to bottle feeding prior to discharge at 5 lb 8 oz.
After discharge, bottle feeding was continued, but he had diarrhoea and occasional vomiting. Several brands of milk had been tried without relief of the symptoms. An attempt had been made to introduce mixed feeding at the age of 6 months without success. On examination (1.11.61): A small, pale, fretful child. Weight 14 lb 6 oz. Red excoriated buttocks. No abnormalities could be detected, but he was late in reaching his landmarks; he was not sitting, could hold his head erect with difficulty and had no teeth. Five days later the child was admitted as an emergency with an episode of severe diarrhoea and vomiting during the previous two days. On admission: An acutely ill, dehydrated child. Weight now 12 lb 7 oz. He was pale, cyanosed, had sunken eyes and dry inelastic skin with excoriated buttocks and had a high-pitched cry with neck stiffness. Investigations (6.11.61): Hb 53%. W.B.C. 25,900 (neutros. 78 %, lymphos. 20%, monos. 2 Y.).
Stool culture, no pathogens. Blood culture negative. CSF normal. Urine clear. Progress and treatment: He was given intravenous therapy, chloramphenicol, and blood transfusion; after five days oral feeding was reintroduced.
After recovery from this acute episode the child remained fretful and continued to have frequent loose motions. Feeding with milk was commenced and mixed feeding introduced over a period of five days. Initially the weight gain continued but was followed by a loss of 14 oz. Investigations (7.11.61 -21.11.61): Hb 84% (after transfusion). Stool: faecal fat 59%, no pathogens. Tryptic activity present 1 in 40. Sweat chlorides normal. Barium meal normal. Glucose tolerance normal. The child was then given a gluten-free diet as he was suspected of having coeliac disease; he made an initial improvement which was not maintained. Further investigations revealed lactose absorption to be abnormal after injection of 25 g lactose (Fig 1, inset) . Sucrose tolerance: normal response. When lactose-free milk substitute (Velactin) of equal calorific value was given instead of cow's milk in the gluten-free diet there was considerable improvement in the rate of weight gain and in the diarrhoea, the number of motions being reduced to three or four daily. This good response continued following the reintroduction of gluten into the diet (Fig 1) .
On lactose-free milk substitute the child made rapid progress both physically and mentally. He was happy, and began to sit and eventually crawl. The diarrhaea disappeared after a week, with normal bowel action once or twice daily.
After a period of eight weeks on Velactin milk the child was put back on to cow's milk, with no other change in the diet for a trial period of one week. He lost 6 oz in weight and there was a rapid return of diarrheea. Fecal fat 15% (previously 59%). Immediately Velactin was reintroduced in place of the milk the symptoms regressed and he was then discharged home to continue the diet. Since discharge his progress has been maintained and after a period of two months he has gained a further 2 lb and appears normal both mentally and physically.
Discussion
Caeliac disease was not a satisfactory diagnosis in this case. The dramatic improvement on the milkfree regimen suggested some disorder related to its constituents. Milk powders poor in milk fat had been tried without lasting improvement. Milk-protein sensitivity could have been the underlying cause, but this was ruled out by a serum titre to whole milk protein of 31 (Dr R R A Coombs). The latter test was taken whilst the child was still on milk feeding. Holzel et al. (1959) had reported on lactase deficiency in siblings, and deficiency of this enzyme could have accounted for our patient's condition. Several clinical features, however, did not fit into this picture. Holzel et al.'s patients did not suffer from steatorrhoea; the baby they observed suffered a great deal from colics and passed much flatus, symptoms not observed in our patient. Repeated lactose tolerance tests were done on the recommendation of these authors: not only was there no rise in blood sugar but a considerable fall was observed. The fall was noticed only after lactose feeding; it did not occur after test doses of glucose or sucrose. This suggested that galactose was causing the blood sugar fall, a phenomenon commonly encountered in galactosxmia. Komrower et al. (1956) have attributed this to inhibition of glycogenolysis through the accumulation of galactose-l-phosphate in the liver. Our patient's erythrocyte galactose-l-phosphate uridyl transferase level was found to be normal (8 3 units/g Hb) (Dr B Clayton). This ruled out galactosemia. That some lactose splitting took place was demonstrated by the presence of both glucose and galactose in the blood, stools and urine after lactose tolerance tests (Fig 2) . Dormandy et al. (1959) have shown that galactose can induce hypoglycemia in premature but otherwise normal babies just as it does in galactosxemic babies. Their paper came to our attention only recently. It appears reasonable, therefore, to suggest that in our patient milk feeding induced prolonged states of hypoglyceemia. Babies, however, tolerate hypoglyc2emic episodes rather well and this alone could not have accounted for the patient's symptoms. We are forced to conclude that either galactose exerted a 'toxic' action in this premature baby, or our patient suffered from partial enzyme deficiency of the succus entericus or both. Dormandy et al. tested their babies repeatedly and found that the galactose-induced hypoglycwmia ceased to be demonstrable after the first few weeks of life. Now, at the age of I year, our patient still shows a fall in blood glucose lasting an hour after only S g of D (+) galactose. The galactose effect on the blood sugar level controlling mechanism appears to be so much more powerful than that exerted by glucose that we find some difficulty in accepting the explanation of Dormandy et al. that the prematurAe infant's controlling mechanism cannot distinguish between glucose and galactose.
The case has been presented here to draw attention to the deleterious effect which lactose, whole cowl's milk or galactose may have when given to premature babies. The dramatic improvement after withdrawal of lactose from the child's diet requires no further comment.
As the glucose oxidase method for determining blood galactose was not available to us when this investigation was carried out, all analyses with regard to blood galactose, urine galactose and feecal galactose were done by the circular chromatographic technique described by Kawerau (1960) Congenital Adrenal Hypoplasia P J N Cox BM MRCP M M, male, aged 4 months History: Fourth child of healthy parents. Siblings normal. Birth weight 7 lb 12 oz. Normal pregnancy and delivery. He fed slowly from the beginning, and lost weight steadily. Vomiting started at the age of 8 days, and when he was admitted at 16 days, this had become projectile and was occurring after all feeds. On admission: Wasting and dehydration; no definite skin pigmentation; genitalia normal. Investigations: Initial plasma electrolytes: sodium 108, potassium 10-0, chlorides 76&5 mEq/l. The electrolyte figures following treatment with salt and hormones are shown in Fig 1. Serum calcium 11 *2, inorganic phosphorus 7-4 mg/lOOml; fasting blood sugar 71 mg/100 ml, protein-bound iodine 6-0 Vg/100 ml. X-ray of abdomen showed no abnormal calcification.
Over a control period of two days 17-ketosteroid (17-KS) excretion averaged 0 4 mg/24 h, and 17-ketogenic steroid (17-KGS) excretion averaged 1-4 mg/24 h. ACTH was then given in a dose of 20 units per day for three days, intravenously on the first day and intramuscularly on the second and third days. On these three days the 17-KS excretion was 0-46, 1 3 and 0-5 mg/24 h, and the 17-KGS excretion was 1-3, 2-3 and 1-3 mg/24 h. Other results were: 17-KS 0-3, 0 4, 17-KGS 1-2, 1 6 mg/24 h. PregnanetriolO 1,0 1 mg/24 h. 1 l-ketopregnanetriol not detected. A 5-pregnenetriol not detected. Tetrahydrocortisol + tetrahydrocortisone excretion about 0 05 mg/24 h. Cortisol production rate by 14C dilution method 1-5 mg/24 h. Treatment: He is making good progress on cortisone 5 mg t.d.s. and 9a-fluorohydrocortisone 0 05 mg b.d. with 3 g per day of added salt. 4 9 9 7 9 9 10 1.l I? 14 
